these cases. For instance, Lock's 2 cases had low levels of glucose-6-phosphate dehydrogenase, Miller's case had a normal level, and D W a rather high level (possibly explained by a high reticulocyte count at the time of the estimation). Miller's case had a low level of reduced glutathione, Lock's case a normal level and D W a slightly raised level, which was markedly unstable.
Therefore, there is no agreement about the nature of the metabolic abnormality in patients who have an excess of stomatocytes.
It is impossible to classify stomatocytosis with other hereditary nonspherocytic hmemolytic anaemias. Dacie's Type I & IL classification is often used, Type I being a heterogeneous collection of disorders, while Type II cases belong to a more homogeneous group in which all have a deficiency of red cell pyruvate kinase. The 4 cases of stomatocytosis have a normal or high pyruvate kinase level and therefore might bz expected to belong to the Type I disease though, in general, cases in that group do not have as great a fragility or as great a degree of autohoemolysis as have the cases of stomatocytosis.
Splenectomy cures most cases of hereditary spherocytosis and yet it does not cure stomatocytosis. This suggests that the cells must be broken down in sites other than the spleen. Lock and his associates tagged red cells of their patient with radioactive sodium chromate. They found that red cells in the post-splenectomy patient had a mean life of only ten days; a high surface count was recorded over the liver, suggesting that the cells were being broken down there. They also found that the red cells from their patient when given to a healthy recipient had a mean life of only twenty-four hours and that the maximum site of breakdown was in the spleen of the healthy person. This may explain both the partial improvement after splenectomy and the hard fact that haemolysis continues after splenectomy. The heemolysis probably continues for life; at the age of 40 the mother of Lock's patient was still having occasional hemolytic episodes although neither as frequent nor as severe as when younger.
We have called this condition a congenital heemolytic aneemia. Admittedly in Lock's 2 cases and this one stomatocytes were not reported before splenectomy. However, they were seen before splenectomy in Miller's case, and the fact that osmotic fragility was greatly increased before splenectomy in the other cases and that there is some evidence that stomatocytes are the most fragile type of cell, suggests that stomatocytes were present before surgery.
If the stomatocytes were missed before surgery in these cases, are they being missed in others also? This may well be so. The condition may not be as rare as its documentation suggests and it will certainly be worth looking critically at the red cell appearance of any case of congenital spherocytosis which fails to respond to splenectomy. Gastroschisis is an uncommon condition and Moore (1963) could find only 32 cases in the literature. However, Stolowsky (1952) estimated the incidence at 1 in 17,000 births, so it is clear that the condition is not exceedingly rare. Despite the forbidding appearance this treatable condition is usually an isolated defect, unlike exomphalos where there is a high incidence of other anomalies. Two infants are presented, who were admitted within twenty-four hours of each other and illustrate many of the points in management of gastroschisis.
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Case Histories Case 1 A S, boy born 15.1.66 Admitted under Mr G H Macnab Birthweight 2-94 kg. Temperature normal, although his 65-mile road journey had been prolonged by falling snow. Baby had gastroschisis with 4 cm defect on right. Distal half of stomach, small and large bowel to lower sigmoid level were prolapsed. Bowels matted together, reddish blue colour and wall markedly thickened with meconium staining between the loops of bowel. At operation prolapsed bowel was cleaned, adhesions were divided, Ladd's procedure (Ladd & Gross 1941) and gastrostomy performed and the bowel then placed in the abdominal cavity and skin closure achieved.
Respiratory attempts post-operatively were very feeble. A Rees tube was passed through the nose to the trachea and the baby ventilated by Bird respirator for five hours. Thereafter spontaneous breathing was adequate. Feeding was commenced on the second post-operative day. Discharged on 22nd day and on 4.3.66 was well, weighe4d 4-08 kg and had a large ventral hernia. Post-operatively the baby was left intubated for three hours, but was able to ventilate satisfactorily. Twelve hours later vomited and inhaled a small quantity. After immediate bronchial toilet the baby recovered. Gastric aspirate remained greater than input, so intravenous fluids were given for twenty-four hours on fifth day. Thereafter steady improvement. Discharged on twenty-second day.
Discussion
Gastroschisis is not another new twentieth century disease, but was described over two centuries ago by Calder (1733) from Glasgow. The differentiation between gastroschisis and exomphalos was clearly made by Moore & Stokes (1953) . (1) The umbilical cord is normal, the defect being of the anterior abdominal wall usually on the right side.
(2) The prolapsed gut has no membraneous covering and is discoloured, shortened and usuall. matted together.
(3) Other abnormalities except prematurity are uncommon.
The confusion in the British literature of the distinction between gastroschisis and ruptured exomphalos has led to the perpetuation of the unsubstantiated belief that the mortality of gastroschisis is very high. In fact, it is about 50 %.
Management is initially to wrap the prolapsed intestines in saline dressings and then to transfer the infant, preferably in an incubator, to a neonatal surgical unit. Conservation of heat is very important in these infants in view of the relatively large surface area of baby plus prolapsed intestines. Failure to appreciate this has contributed to the mortality.
Aniesthesia has varied from none through such varied mixtures as 'nasal oxygen and a small amount of whiskey on a cotton sponge' (Simpson & Caylor 1958) , to general anaesthesia as given by Dr J Nicholson and Dr I D Todres to the two infants presented; this consisted of intubation, gas, oxygen and suxamethonium chloride.
Surgery aims at returning the bowel to the small peritoneal cavity; other viscera seldom prolapse (cf. exomphalos). To decrease bulk Williams et al. (1960) and Moore (1963) describe stripping off 'the peel' from the bowel wall, but this proved quite impossible as attempts to do so resulted in splitting at submucous level. Universal mesentery with incomplete rotation of the bowel is very common in gastroschisis and it seems likely that bands obstructing the duodenum have been a not infrequent cause of a number of infants having prolonged post-operative bile-stained vomiting. The infant described by Burgess et al. (1951) still had a hold up of barium in the stomach for forty-eight hours at 3 weeks of age. Ladd's procedure was done in the cases presented and this would appear to be a profitable step. Gastrostomy was performed to allow better decompression in the alimentary tract and to leave the nasopharynx free to allow better ventilation. Post-operative ventilatory difficulties are not infrequent and the first infant would have died without assistance in the immediate postoperative hours.
In some infants a layer closure has been possible, but the infants presented, like Mac-Mahon's successful infant (MacMahon 1964), had only skin closure and await repair of the ventral hernia.
In conclusion, gastroschisis is an entity, separate from exomphalos, which usually occurs as an isolated defect on the right side of the abdominal wall in a small infant. Urgent treatment in a neonatal surgical centre is necessary and this should result in a steadily decreasing mortality.
